Introduction:
Lymphangioma is a rare, benign, congenital disease of unknown etiology that originates from lymph vessels and this entity was first described by Virchow in 1854. 1 It has also been called a malformation, a hamartoma, and an embryonic tumor. Lymphangioma is estimated to make up 6% of all benign soft tissue tumors in persons younger than 20 years. 2 Origin of the lesion is considered to be congenital abnormality of the lymphatic system rather than a true neoplasm. It has been postulated that they develop as a result of sequestration of portions of the primitive embryonic lymphatic anlage, failing to anastomoses with the larger lymph channels, therefore functionally existing as localized areas of lymphatic blockage. 3 Also been argued, instead of being a congenital malformation, lymphangioma is a true neoplasm resulting from transformed lymphatic endothelial cells, stromal cells or both. 4 Lymphangiomas, have a marked predilection for head, neck and oral cavity.
3 Tongue lymphangiomas typically demonstrate multiple blister like nodules or a pebbly surface that resembles a cluster of translucent vesicles on the enlarged dorsal surface of tongue. 4 Lymphangiomas are the most common cause of macroglossia in infancy. They are known to be associated with Turner's syndrome, Noonan's syndrome, Trisomies, Cardiac anomalies, Fetal hydrops, Fetal alcohol syndrome, and Familial pterygium colli. Cystic hygroma in a child can grow suddenly due to infection or hemorrhage but can also shrink spontaneously. 5 Traditionally, they have been divided into four categories based on histologic appearance as-1. Lymphangioma simplex (capillary lymphangioma, lymphangioma circumscriptum), composed of small, thin-walled, endothelium lined, capillary-sized lymphatic vessels. 2. Cavernous lymphangioma, comprised of dilated lymphatic vessels with surrounding adventitia .
3. Cystic lymphangioma (cystic hygroma), consisting of huge, macroscopic lymphatic spaces with surrounding fibrovascular tissues and smooth muscle. 4. Benign lymphangioendothelioma (acquired progressive lymphangioma), lymphatic channels appear to be dissecting through dense collagenic bundles. 6 However, histologic categories do not correlate with clinical behavior or therapeutic response.
So lymphangiomas are also categorized as macrocystic, microcystic, or mixed based on response to sclerotherapy. Incisional biopsy under local anaesthesia was performed on the dorsal surface of the tongue and the tissue specimen was sent for histopathological examination. Microscopic section revealed numerous dilated lymphatics lined by endothelial cells filled with lightly eosinophilic proteinaceous material, suggestive of 'lymphangioma.' In many regions the lymph vessels were located just beneath the surface epithelium and exhibited a papillary configuration (Figure 3 & Figure 4) .
Patient was referred to a plastic surgeon for further treatment.
Discussion:
Lymphangiomas are hamartomatous, congenital malformations of the lymphatic system. There are two theories for the origin of the lymphatic system in humans. One theory is that the lymphatic system develops during the sixth week of embryogenesis from five primitive sacs that arise from the venous system. In the early 1900s, Sabin proposed that in the head and neck, endothelial out pouchings from the jugular sac spread to form the peripheral lymphatic system. Godart, on the other hand, proposed that the lymphatic system developed from mesenchymal clefts in the venous plexus and spread centripetally toward the jugular sac. 8 Lymphangiomas arise from incomplete development and obstruction of the normal lymphatic system during the sixth week of embryogenesis. Either the primordial lymphatic sacs fail to connect with the venous system. This incomplete canalization of the lymphatics causes obstruction of lymph flow and cyst development. The second theory is that lymph tissues are deposited in the wrong area during embryogenesis and subsequently fail to join the normal lymph system. 8 In the oral cavity, this lesion is common in the first decade of life and mostly occurs on the dorsal surface and lateral border of the tongue .It rarely arises on palate, gingival, buccal mucosa and lips. 1 The anterior two-thirds on the dorsal surface of the tongue is the most common site for intraoral lymphangiomas leading to macroglossia. These patients tend to have speech disturbances, poor oral hygiene, and bleeding from the tongue associated with oral trauma. 9 In our case though the patient has a satisfactory oral hygiene, macroglossia of the tongue is seen with patient complaining of burning sensation as well, suggestive of superimposed infection.
In contrast to hemangiomas, spontaneous regression of lymphangioma is rare and presents as slow, progressive enlargement. 1 The lymphatic channels dilate with each episode of infection, causing progressive swelling of the tongue. 9 Lymphangiomas also occur in association with haemangiomas in Maffucci's syndrome. 8 Fluorescence in situ hybridization techniques can be used to evaluate lymphatic malformations for prenatal chromosomal analysis with emphasis on chromosomes 13, 18, 21, X, and Y. VEGF-C and its receptors may play an important role in the formation of Lymphatic malformations. 7 The objectives of treatment of lymphangiomatous macroglossia are preservation of taste, restoration of tongue size for articulation, correction of mandibular and dental deformities, and cosmesis. 9 The various treatment modalities for lymphangioma are surgical excision, radiation therapy, cryotherapy, electrocautery, sclerotherapy, steroid administration, embolization, and ligation, laser surgery with Nd-YAG, CO 2 12 and radiofrequecncy tissue ablation technique.
Laser photocoagulation has been reported useful in controlling the tongue size and removing superficial lymphangiomata in some cases. 3 OK-432, a lyphophilized incubation mixture of Strepptoccocus pyogenes and penicillin G potassium has been used to treat lymphangiomas. The sclerosing agent OK-432 is effective for macrocystic lymphatic malformations but showed less promise for microcystic lesions, mixed lesions, and lesions outside the head and neck region. 7 Histologically, the architecture of blood and lymphatic vessels share similarities but blood vessels recruit supporting pericytes and smooth muscle cells which produce extracellular matrix as the vasculature matures whereas lymphatics have only a sparse covering of recruited supporting cells and lack a continuous basement membrane. Lymphatics have a thin vessel wall and shows positive result with D2-40 (monoclonal antibody). 4 Perhaps this discontinuous basement membrane allows the sclerosing agents to permeate freely into the connective tissue, diluting the concentration of the agent and rendering it less effective. 3 Surgical excision, staged when necessary, continues to be integral to management in many cases. Somnoplasty shows promise for reduction of tongue lymphatic malformations. 
